Case Report {#S1}
===========

A 70 year old black male presents with a lesion on his left lower extremity and one on his trunk that he has had *since adolescence*. The lesion on his lower extremity is a hyperpigmented scaly plaque extending along his left lateral thigh, knee, and leg ([Figure 1](#F1){ref-type="fig"}A), biopsy of which demonstrates hyperkeratosis with acanthosis and increased pigmentation at the basal layer, consistent with an epidermal nevus ([Figure 1](#F1){ref-type="fig"}B). The lesion on his trunk is a hyperpigmented patch with irregular borders and satellite macules extending bilaterally to his medial arms across his left shoulder and onto his lower neck ([Figure 1](#F1){ref-type="fig"}C/[1](#F1){ref-type="fig"}D). Biopsy demonstrates acanthosis, hyperkeratosis with regular elongation of rete ridges, increased basal layer pigmentation with a normal number of melanocytes, and an increase in smooth muscle bundles in the dermis ([Figure 1](#F1){ref-type="fig"}E/[1](#F1){ref-type="fig"}F), consistent with a Becker\'s nevus.^[@R1],[@R2]^ The patient is otherwise healthy with no clinically significant medical history, developmental anomalies, or family history of similar lesions.

Figure 1Hyperpigmented scaly plaque on left lower extremity consistent with epidermal nevus (A). Biopsy of (A) showing increased basilar pigmentation, acanthosis, and hyper-keratosis(B, H&E 5X). Large hyperpigmented patch with irregular borders and satellite macules (C & D) consistent with Becker\'s nevus. Increased basilar pigmentation (E, H&E 10X) and smooth muscle proliferation (F, H&E 20X) in biopsies from lesion (C).

Discussion {#S2}
==========

The pathogenesis of Becker\'s nevus remains uncertain. There is a male to female ratio of 5:1.^[@R1]^ This, along with the increased number of terminal hairs seen within many lesions, and reports of acne vulgaris confined to Becker\'s nevi, has raised the suspicion of androgenic stimulation as an underlying factor.^[@R1]^ Hypertrichosis is present in approximately one-half of cases and there is often an associated smooth muscle hamartoma.^[@R1]^

Epidermal nevi are congenital hamartomas that arise from pluripotential germinative cells of the basal layer of the embryonic epidermis.^[@R3]^ They appear as patches, plaques, or nodules that may be bilateral and most commonly affect the face, trunk, and proximal extremities.^[@R4],[@R5]^ An estimated one third of affected individuals have involvement of other organs, which is called epidermal nevus syndrome.^[@R5]^ This sporadic neurocutaneous linkage of congenital ectodermal defects can affect the skin, brain, eyes, and/or skeleton.^[@R5]^ As some authors regard Becker\'s nevi as a subclass of epidermal nevi, patients with Becker\'s nevi should be examined for associated soft tissue, neurologic, ophthalmologic, and bony abnormalities.

The Becker\'s nevus in our patient is remarkable due to its large size and co-existence with an epidermal nevus. A study of French men estimated the prevalence of Becker\'s nevi to be approximately 0.5%, while epidermal nevi have an incidence of approximately 0.1% of newborns.^[@R1],\ [@R6]^ There is considerable debate in the literature regarding these two entities, some regarding both lesions as cutaneous hamartomas while others consider them each to be versions of epidermal nevi.^[@R6]^ Regardless of the classification, the presence of both lesions in a single patient is very unusual, and to our knowledge, simultaneous expression of these two lesions has not been previously reported.
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